A 52-year-old womanwas admitted because of highgrade remittent fever, erythema nodosum, and arthritis which had been lasting two months. Antibiotics did not improve her condition. A chest CT scan examination revealed bilateral hilar and mediastinal adenopathy and multiple nodular opacities in the bilateral lungs. The wedge biopsy of the right lower lobe using video-assisted thoracoscopy presented the histological findings of sarcoidosis.
Introduction
Sarcoidosis is a multisystemic granulomatous disorder of unknownetiology presenting most frequently with bilateral hilar lymphadenopathy (BHL), pulmonary infiltration and skin or eye lesions. In Japan, most cases of sarcoidosis have been discovered at regular health checkups, however, the number of cases found after subjective or objective symptoms are increasing (1) . Amonga variety of disease-types, Lofgren's syndrome (2, 3) , an acute form of sarcoidosis with erythema nodosum, arthritis, and BHL,is extremely rare in Japan, of which only two cases have been reported to date (4) .
We describe a case of sarcoidosis with multiorganinvolvement which emerged as Lofgren's syndrome. The video-assisted thoracoscopy (VATS) was useful for the diagnosis, which lead to the necessary treatment for the asymptomatic cardiac lesion. This case suggests that atypical forms of sarcoidosis including Lofgren's syndrome should be considered as a cause of unknown fever, though rare in Japan.
Case Report
A 52-year-old woman was admitted because of highgrade remittent fever, erythema nodosum on the left tibial leg, polyarthritis in the bilateral kees and ankles, body weight loss, and blunt vision which had been lasting two months. obvious abnormalities were detected except for bilateral inflammatory granular shadows by chest X-ray (Fig. 1 ). An electrocardiogram revealed the second-degree atrioventricular block Mobitz type 2. Bone and joint X-Ps of the left tibial legs were normal. Initially, despite lacking definitive evidence, broad spectrum-antibiotics were administrated with a concern about infectious diseases. High-grade fever scan ( Fig. 2) revealed bilateral hilar and mediastinal lymphadenopathy and multiple nodules in bilateral lungs, which were not detectable by the plain X-Ps ( Fig. 1) . A wedge biopsy of the right lower lobe was performed by VATS. Histopathological examination of the resected specimensdemonstrated intrapulmonary lymph nodes with noncaseating granulomas which were composed of clustered epitheloid histiocytes, multinucleated giant cells with lymphocytes or other inflammatory cells (Fig. 3) , typical histological findings of sarcoidosis. As a result, this case fulfilled the criteria of Lofgren's syndrome. Further medical analyses were then carried out for the evaluation of systemic involvement of sarcoidosis.
Gallium-67 (67Ga) scintigraphy showed abnormal uptake in neck, hilar and mediastinal lymph nodes, heart and parotid glands. The bronchoscopy findings revealed network formation of capillary vessels on the mucousmembraneof the main bronchus and bronchi.
Bronchoalveolar lavage (BAL)revealed increases in the total cell number (4.6xlO5/ml), the lymphocyte cell number (47%), and the ratio of CD4/CD8cells (8. Figure 1 . Chest X-ray did not reveal any obvious abnormalities, except for bilateral inflammatory granular shadows. was diagnosed clinically. The Eye involvement was detected by an ophthalmologic consultation, for which steroid eyedrops were initiated. These findings were panuveitis, vitreous opacity, and exudative chorioretinitis. Because the cardiac involvement was considered to be an indication of systemic glucocorticoid, 30 mgof oral PSL daily was initiated. Fever and opthalmic involvement responded promptly.
Since then, her disease has remained in good condition without cardiac events.
Discussion
The triad of Lofgren's syndrome consists of EN, BHLand arthritis, which heralds the acute onset of sarcoidosis (2, 3). The incidence of the syndrome varies according to country and race. In Europe and United States, approximately 10% of the patients with sarcoidosis presents with Lofgren's syndrome, whoare mainly white youngwomenwith ancesteral origin particularly from the Nordic countries and Ireland, whereas it is uncommon in blacks (3). In Japan, the frequency of the patients with the syndrome is extremely rare (4, 5) . The syndrome is closely related to HLA-B8and DR3 in Caucasians (5) (6) (7) (8) , to which antigens other autoimmune diseases have been related as well (5) . In the present case, however, neither antigen was positive. Interestingly, the frequency of HLA-B8 and DR3 in Japanese is very rare (5), which may affect the low prevalence of this syndrome in Japan. Whensarcoidosis presents as Lofgren' s syndrome, the prognosis is generally favorable with complete remission within two years in more than 90%cases (2, 9) . Indeed, this syndrome is generally a self-limiting disease, becoming inactive within the first year (3). However, some authors have noted that some patients with this syndromedevelop chronic sarcoidosis (10) . In the present case, skin and joint lesions disappeared in three months after onset. Our case was described as an atypical form of sarcoidosis with chronic multiple organ involvement, which emerged as Lofgren's syndrome. However, the clinical course should be followed up carefully, because cardiac involvement is responsible for as many as 85%of deaths from sarcoidosis (ll) . In the present case, the atypical chest X-P findings and normal serum level of ACEmade the clinical diagnosis of sarcoidosis rather difficult. Because the heart had completely shaded the bilateral hilar and mediastinal lymphadenopathy, the BHLcould not been detected. The serum ACElevels are reported to be increased at diagnosis only in half of the patients with Lofgren's syndrome (3) . In this regard, the histological evaluation was essential for the diagnosis of this case. The usefulness and safety of lung biopsy using VATS in diagnosing sarcoidosis, tuberculosis, IPF and collagen lung has been described (12, 13) . In the present case, the VATSwas useful for the diagnosis, which finally lead to the necessary treatment for the asymptomatic cardiac lesion.
This case suggests that atypical forms of sarcoidosis including Lofgren's syndrome should be considered as a cause of unknownfever, though rare in Japan.
